Introduction
============

Corneal perforation in the perinatal period is rare, and only a few cases are described in the literature. In most of the reported cases, low birth weight and systemic infection were associated with corneal perforation in the perinatal period,[@b1-opth-7-1535]--[@b4-opth-7-1535] but there is one report of corneal perforation in relatively healthy newborns without evidence of trauma.[@b5-opth-7-1535] Anterior segment dysgenesis, such as Peters anomaly, is also associated with corneal perforation.[@b6-opth-7-1535]--[@b8-opth-7-1535] Peters' anomaly is characterized by a central corneal opacity from the time of birth and is accompanied by corresponding defects in the posterior stroma, Descemet's membrane, and endothelium.[@b9-opth-7-1535],[@b10-opth-7-1535] We report a case of spontaneous corneal perforation in a neonate with Peters' anomaly treated with a conjunctival flap.

Case report
===========

A premature female infant, born after a gestational period of 33 weeks with a birth weight of 1.41 kg, underwent her first ophthalmologic examination at 4 weeks of age. The initial examination of the baby was requested for evaluation of a 'white spot' on the surface of her right eye. She was hospitalized in the neonatal intensive care unit due to systemic abnormalities, such as a right clavicle fracture and microcephaly.

Slit-lamp examination of the right eye revealed a central corneal opacity, corneal thinning, and an iridocorneal adhesion ([Figure 1](#f1-opth-7-1535){ref-type="fig"}). The iris was fused with the posterior surface of the peripheral cornea, with poor formation of the anterior chamber. The lens and fundus in the right eye could not be observed. A B-scan, however, showed a normal posterior segment. Intraocular pressure could not be measured due to severe corneal thinning. The left eye showed no pathologic findings. The parents were informed of the high risk of spontaneous corneal perforation without external pressure.

At 42 days of age, an ophthalmologic examination of the infant was again requested for evaluation of 'tears' from her right eye observed 3 hours previously. Examination revealed corneal perforation, iris protrusion, and a flat anterior chamber ([Figure 2A](#f2-opth-7-1535){ref-type="fig"}). We performed a 360° conjunctival peritomy ([Figure 2B](#f2-opth-7-1535){ref-type="fig"}) under general anesthesia to create a conjunctival flap, and the flap was brought down to cover the cornea. Simple interrupted sutures with 8--0 Vicryl (Ethicon Endo-Surgery, Inc, OH, USA) were then used to close the incision ([Figure 2C](#f2-opth-7-1535){ref-type="fig"} and [D](#f2-opth-7-1535){ref-type="fig"}). Three months after the surgery, the right eye of patient was successfully preserved, with no sign of inflammation or leakage.

Discussion
==========

Since Peters' original description in 1906,[@b11-opth-7-1535] many others have reported the ocular abnormalities now known as Peters' anomaly. In 2007, Zaidman et al subdivided Peters' anomaly into 3 types: (Type I) central corneal opacity with iridocorneal adhesions; (Type II) central corneal opacity with cataracts or corneolenticular adhesions; and (Type III) Peters' anomaly in association with cleft lip/palate, short stature, abnormal ears, and mental retardation.[@b12-opth-7-1535]

Peters' anomaly may be isolated or accompanied by other ocular malformations such as chorioretinal coloboma, a congenital defect caused by faulty closure of the embryonic fissure, and is associated with other ocular and systemic abnormalities.[@b13-opth-7-1535]

To our knowledge, however, only three reports of spontaneous corneal perforation occurring in association with Peters' anomaly have been reported in the literature.[@b6-opth-7-1535]--[@b8-opth-7-1535] Krause et al reported the first case of Peters' syndrome with spontaneous corneal perforation in 1969.[@b6-opth-7-1535] Traboulsi and Maumenee reported clinical findings in 29 patients with Peters' anomaly, and one of 29 patients developed spontaneous corneal perforation.[@b7-opth-7-1535] Banning et al described two patients with corneal perforation and secondary congenital aphakia in Peters' anomaly. They performed penetrating keratoplasty to preserve the eyes.[@b8-opth-7-1535] In our case, however, we had to create a conjunctival flap rather than perform penetrating keratoplasty because of the lack of a donor cornea.

The conjunctival flap is a well proven, time honored treatment for numerous disparate corneal diseases that have a persistently compromised ocular surface in common.[@b14-opth-7-1535]--[@b16-opth-7-1535] The purpose of the conjunctival flap is to restore the integrity of a compromised corneal surface, typically damaged as a result of trauma, neurotrophic disease, severe dry eye, or bullous keratopathy. The flaps prevent progressive corneal ulceration and secondary infection; they also control pain, eliminate frequent medications, and improve cosmesis. Complications encountered after conjunctival flap surgery are relatively uncommon, but the most frequently reported complications include flap retraction, conjunctival buttonholes and erosions, epithelial inclusion cysts, and corneal perforations.[@b17-opth-7-1535] In the present case, there were no complications. Although the conjunctival flap does not permit good visual acuity or good visualization of the anterior chamber details, it is sufficient to preserve the eye.

In our case, we did not perform genetic analyses. The *PAX6* gene, which is expressed in the developing central nervous system, including the eye, is vital to eye development and is influential at early stages of ocular morphogenesis, acting as a master control gene.[@b18-opth-7-1535] It is therefore believed to play an important role in ocular embryogenesis. Mutations of the *PAX6* gene are associated with various ocular anomalies, including Peters' anomaly, aniridia, and chorioretinal coloboma.[@b19-opth-7-1535] Genetic studies of the patient may help to elucidate the causes of this anomaly.

Conclusion
==========

Although rare, corneal perforation can occur in Peters' anomaly. To our knowledge, this is the first documented case of a spontaneous corneal perforation in Peters' anomaly treated with a conjunctival flap.
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![Initial anterior segment findings of the right eye. Central corneal opacity, corneal thinning, and iridocorneal adhesion were observed.](opth-7-1535Fig1){#f1-opth-7-1535}

![Intraoperative findings. Iris protrusion and a fat anterior chamber were observed.\
**Notes:** (**A**) A 360° peritomy was performed to increase the conjunctival mobility. (**B**) The flap was brought down to cover the cornea. Simple interrupted sutures with 8--0 Vicryl were used (**C** and **D**).](opth-7-1535Fig2){#f2-opth-7-1535}
